Radiographical features (figs 3 to 6) As with the clinical features, the radiographical Figure 5 Anteroposterior radiograph of the pelvis at the age of24years. The ilia are small with irregular crests, the pubic symphysis is wide, and the hipjoints are dysplastic and dislocated. Figure 6 Anteroposterior radiograph ofthe arm in adulthood. The humeral shaft is short, the head is hypoplastic, and the lower end is broad and misshapen. The radial head and olecranon are dysplastic. manifestations are inconsistent and there is considerable inter-and intrafamilial variability.
SKULL
Microcephaly is often present and the facial bones are disproportionately large with respect to the cranium. Pneumatisation of the paranasal sinuses may be pronounced.
SPINE
The vertebrae are flattened, with irregularity and sclerosis of their end plates. Notching of the anterosuperior and inferior aspects of the vertebral bodies is evident in the lumbar region in childhood. The odontoid process is often hypoplastic.
PELVIS
The iliac crests have a characteristic lacy appearance in childhood but by adulthood these changes have metamorphosised to a non-specific marginal irregularity. The ilia themselves are small, the acetabulae are sloping and dysplastic, and the pubic symphysis is wide.
LIMBS AND EXTREMITIES
Involvement of the limb bones is predominantly proximal; the heads of the humeri and femora are dysplastic and the shoulder and hip joints may be subluxed. The 
Differential diagnosis
The dwarfism, coarse facies, and clawing of the digits in DMC are reminiscent of the mucopolysaccharidoses and this group of disorders warrants exclusion by appropriate biochemical investigations. At present, there are no specific laboratory tests which permit diagnostic confirmation of DMC.
The spondyloepiphyseal dysplasia (SED) group of conditions resembles DMC in terms of short trunked dwarfism and predominant radiographical involvement of the vertebral bodies and proximal epiphyses. The radiological appearances permit differentiation; in particular, the lacy configuration of the iliac crest in childhood in DMC is pathognomonic, while the residual irregularity of the crest in adulthood sets DMC apart from SED.
Genetics
The abnormal gene has a wide geographical distribution and it has been encountered in families from Greenland,' the Lebanon,4 8 
